opisthotonos. He died three and a half months after admission. Case II.-Josephine, aged 8 years, developed a cough two weeks before admission to hospital and her memory became impaired. Five days before admission she developed fever, and fell frequently. On the day of admission she had three major convulsions. There was no family history of epilepsy.
On examination.-The child was semiconscious and showed evidence of gross weight loss. There were no other abnormal physical signs.
Investigations.-She continued to deteriorate mentally and developed myoclonic jerks. These increased in violence for some months and then subsided as she sank into coma. Weight loss was extreme and the child developed a spastic quadriplegia in extension. She died six months after admission to hospital.
[Both cases were illustrated by a film.]
Autopsy.-Apart from bronchopneumonia, abnormal findings at post-mortem examination in both cases were limited to the nervous system. The brain macroscopically showed degeneration of the white matter with occasional cysts. Histologically there was gliosis and demyelination, and perivascular infiltration by lymphocytic and plasma cells. Inclusion bodies were quite numerous in Case I but scarce in Case II.
Comment. -Dawson (1933 -Dawson ( , 1934 and Van Bogaert (1945) described cases which on histological grounds were probably of virus vtiology, but which clinically resembled degenerative neurological lesions. Foley and Williams (1953) have reviewed the subject. The condition occurs in older children and adolescents and there are usually three stages. In Stage I the child has psychic changes, loss of memory, temper tantrums, &c., and develops what appear to be akinetic seizures. This stage lasts three or four weeks. In Stage 11 the mental deterioration becomes more marked and the child lapses into stupor. At the same time myoclonic jerks develop in which he suddenly moves his limbs, head or trunk. These movements may be very violent. They occur with striking periodicity often at about every 6 seconds, but cease during sleep. In Stage III the movements become less in amplitude and frequency, but the child sinks into coma. Spastic quadriplegia develops often accompanied by opisthotonos and decerebrate rigidity. The total duration of the disease is variable, but six months is usual from onset to death. Some cases in Stage III have languished on for several years. No treatment has yet proved of any avail. No virus has ever been isolated.
Non-adrenal Female Pseudo-hermaphroditism
Associated with Hormone Administration in Pregnancy.-HUGH JOLLY, M.D., M.R.C.P., D.C.H. K. J., female, aged 4 months. This patient is shown to illustrate recent evidence (Hayles and Nolan, 1958; Moncrieff, 1958; Nellhaus, 1958; Wilkins et al., 1958) emphasizing possible dangers to the developing foetus from the administration of hormones in pregnancy.
First child. One previous miscarriage. During pregnancy a threatened miscarriage occurred at 3 weeks and intermittent vaginal bleeding continued to the 14th week. For this reason progesterone (Progestin) was given intramuscularly to the mother, starting with 5 mg. every third day from 3j weeks, increasing to 25 mg. daily at 6 weeks and continuing with this dose until the 17th week of pregnancy. Total dose 4,080 mg. Two 100 mg. implants of progesterone were also administered but it is doubtful whether either of these had much effect as the first sloughed out and the second is still palpable. Pregneninolone (ethisterone) also given by mouth starting with 60 mg. daily at the 7th week and increasing to 120 mg. daily by the 17th week. From this time the dose was gradually decreased and was stopped shortly before delivery. Total dose approximately 21,000 mg. Pregnancy was otherwise normal except for a two-day bout of influenza at the 16th week.
The baby was born at term, weighing 7 lb. 2 oz. and was normal except for enlargement of the clitoris and labia. Two spots of vaginal bleeding occurred on the first and fourth days but no breast enlargement took place.
Examination at the age of 10 weeks showed a healthy-looking baby with a moderately FIG. 1. enlarged hard clitoris while the labia majora were slightly enlarged (see Fig. 1 ). Urethral and vaginal orifices separate. Serum electrolytes normal. Nuclear sex (polymorphs)-female pattern. 17-ketosteroids 1 1 mg. in twenty-four hours. Pregnanetriol 003 mg. in twenty-four hours. Bone age normal.
The child is now aged 5 months and the clitoris is much smaller and only a little larger than normal. EMERY, M.D. R. H., male, born 18.6.55. First seen at hospital at the age of 21 years, suspected of tuberculous meningitis following a week-of vomiting, lifelessness, drowsiness, increasing pallor and loss of weight. Two weeks prior to this he had had acute tonsillitis for a week which had been treated with sulphadimidine.
On admission.-He was afebrile, but dehydrated, emaciated and very pale. He had neck stiffness, a positive Kernig's sign and three small bruises on his legs. The liver and spleen were not palpable. There was no jaundice or aedema. Blood pressure 125/85. Capillary fragility (Hess) test negative.
Hb 6 g. %, R.B.C. 2,000,000, W.B.C. 20,500 with 2% myelocytes and 2% metamyelocytes. Platelets 90,000. Three days after admission the reticulocyte count was 9 %. The bone-marrow was hyperplastic, showing active erythropoiesis. The serum contained a high blood urea (126 mg. %), hyperbilirubinemia (3 4 g. %, delayed direct positive), hypoproteinxemia (total 4-2, albumin 2-4 g. %) and hypercholesterolemia (370 mg. %). The urine contained less than 10 mg. % of albumin, 50 to 60 R.B.C. and 10-12 W.B.C. per high power field. There was no excess of urobilinogen on several examinations. The C.S.F. was normal.
Course of disease after admission.-For nine days he was investigated without any drug treatment or blood transfusions. Vomiting and anorexia persisted, and he lost 350 grams in weight. There was no evidence of infection or of clinically detectable jaundice. There was no further fall in haemoglobin level. The total and differential white cell count returned to normal, but the reticulocytes rose to 21 %.
